We are grateful to Bindoff et al for their interest and critique of our case report. Some misunderstanding has occurred over table 1. The quoted reference interval is 1243 a mean + or -2SD, based on a population of 100 muscle biopsy samples investigated.
Palmitate oxidation rates to CO2, in our experience, have only fallen below the quoted interval in this patient, and a number of patients in whom a diagnosis of mitochondrial myopathy has been made by means of histological and electronmicroscopical investigation of muscle tissue.
Furthermore poor conversion of carbohydrate fuels and ketones to CO2 have always been observed in this latter group of patients, suggesting a reduction in total mitochondrial metabolism. This is not the situation in our patient presented in the case report under discussion, where only a decrease in palmitate metabolism was seen. 
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